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Kawasaki disease (KD) is a mucocutaneous lymph node syndrome of unknown cause affecting mainly children younger than
4–5 years. The picture includes a systemic vasculitis with prevalent involvement of coronary arteries, leading to giant
aneurysmal dilatation with serious cardiac complications. Peripheral arteries may be affected by aneurysmal degeneration as
well. The authors report the case of a 12-year-boy with a history of previous acute KD and late presentation of a left brachial
artery aneurysm. The improved results obtained with aspirin and immunoglobulin therapy in the acute phase of Kawasaki
disease dramatically reduced mortality and produced longer survivals of these children; late peripheral complications could
have higher incidence then previously reported, and lifelong follow-up is advisable.
Introduction
Kawasaki disease (KD) is an acute febrile illness with
mucosal inflammation, skin rash and cervical lym-
phadenopathy, most often observed in children under
4 years of age. KD is the most common systemic
vasculitis in childhood after Henoch-Scho¨nlein pur-
pura, and is now reported as the commonest cause of
acquired cardiopathy in children living in the UK and
USA. Despite considerable effort, the aetiology of KD
remains unknown and there is still no diagnostic test
available.1,2 The diagnosis is made on clinical grounds
by excluding other causes of the symptoms. During
the remission phase, approximately 7 days from
clinical onset, the fever subsides and patients appar-
ently improve; however, at this time aneurysms begin
to appear-mainly affecting the coronary vessels (13–
50% of cases).3 Vascular involvement of cardiac vessels
is the most serious complication of KD, and patients
are at risk from coronary thrombosis: death from acute
myocardial infarction is described in 1–2% of cases.3
In addition to coronary aneurysms, however, periph-
eral aneurysms have been observed1 with the risk of
subsequent rupture or thrombosis and acute periph-
eral ischaemia. We report our experience in a 12-year-
child affected by KDwith late development of brachial
artery aneurysm.
Case Report
The patient presented at the age of 12 with a painful,
pulsating mass on the medial aspect of the left arm.
The clinical history revealed a previous admission at
the age of 3 months for acute pancarditis following an
unspecified exanthematic disease leading to mild
mitral incompetence; the aetiology was thought to be
viral. The patient’s infancy and childhood were
uneventful, although the parents reported frequent
vague complaints of chest or limb pain, never serious
enough to be brought to medical attention. At the age
of 11, the child presented with an acute myocardial
infarction with a ventricular dysrythmia and post-
ischaemic cardiomyopathy. The echocardiogram
revealed myocardial sequelae as well as aneurysmal
dilatation of both the coronary arteries with partial
thrombosis of the left coronary. At this point Kawasaki
disease was diagnosed, and therapy with digoxin,
frusemide, enalapril and warfarin sodiumwas started.
Three months after the acute cardiac event, the young
boy developed the pulsating lesion in his left arm, and
magnetic resonance angiography revealed a brachial
artery aneurysm (Fig. 1).
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Surgical treatment consisted of aneurysmectomy
and autologous grafting with saphenous vein. The
postoperative course was uneventful and patient
was discharged 7 days after surgery; warfarin was
continued indefinitely. Histopathology of the
resected aneurysm confirmed the diagnosis of
vasculitis with partial parietal thrombosis, thicken-
ing of the media, and adventitial lymphocytic and
giant cell infiltrate.
The patient died at the age of 15 from a sudden
cardiac arrest; an autopsy was not performed.
Discussion
Since therapy with aspirin and immunoglobulins
have been introduced, mortality from Kawasaki
disease has dropped from 3.7 to 0.14%;4 closer
follow-up and improved imaging tools have played
an important role. The development of coronary
artery abnormalities and giant aneurysms are the
most serious complications in the acute phase of
KD. Data from non-invasive imaging tests and from
coronary angiography indicate that this condition is
observed in 20–40% of untreated patients, with
approximately 50% of these lesions regressing
within 2 years; however, healing of giant aneurysms
is unlikely and angiographic appearance of reduced
dilatation is often due to superimposed thrombosis,
eventually leading to myocardial infarction and
death. However, the late effects of KD on cardiac
morbility remain a worry.5,6 Our patient is a typical
case of late diagnosis after a serious cardiac
complication of untreated KD.
Peripheral aneurysms are described in about 2%
of cases, and a strong association has been found
with concomitant aneurysms of the coronary
arteries;1,7,8 a report of this complication, however,
is lacking in some collective series.9,10 When affect-
ing limb arteries, these aneurysms may present with
acute distal ischaemia as the initial symptom, and
ischaemic gangrene has also been observed in a few
cases requiring amputation despite thrombolytic
therapy.11,12 In our case, the patient was already
on anticoagulant therapy and this probably pre-
vented thrombotic complications; the symptomatic
growth of the brachial artery lesion was the alarm
bell for early diagnosis.
Peripheral aneurysms have been described anecdo-
tally in adult patients with a previous history of KD;3
however, given the improved results of drug therapy
in reducing mortality, the late onset of peripheral
aneurysms is being observed more frequently (Falcini,
personal communication). Lifelong follow-up is man-
datory, and it should include vascular evaluation as
well. Prospectic collective series are required to
evaluate the role of KD as a primary cause of late
vascular lesion or as strong adjunctive factor for
peripheral atherosclerotic disease.
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